Pleomorphic adenoma (PA) is a being salivary gland neoplasm. It occurs more frequently in women than in man and is most prevalent from the fourth to sixth decades with a mean age of 45 year. 1 It usually presents as a slow growing and painless swelling. Because of their remarkable histologic diversity, these neoplasms have also been called mixed tumors.
features with abnormally increased size without regional or distant metastasis.
A complete review of this malignant mixed tumor is done with special emphasis on the pathogenic mechanism that leads to transformation of PA to CXPA.
Case Report
A 72 year old man reported to our hospital with a huge neck mass. The patient gave history of the lesion being present since past 20 years which had gradually increased to the present size. He refused treatment because of fear of surgery till date which caused withdrawal from social contact. He presented this time because of recent onset of pain & fairly rapid growth of tumor. On examination the mass was found soft to firm in consistency and covered by stretched skin with superficial distended veins. There is surface ulceration at its dependent part. The tumor extended anteriorly from right preauricular region and extended along the length of the neck upto the supraclavicular notch (fig 1) . The CT scan of the lesion revealed well defined predominantly solid mass 18.6 x 15.2 cm in size. The mass was seen extending superficially from the preauricular region. Medially tumour had continuation with the right parotid gland. The right carotid sheath and its contents were displaced medially. There was no sign of invasion of surrounding soft tissues. No palpable cervical lymph node was seen. Chest radiograph revealed unremarkable features.
Complete surgical excision of the lesion was performed using the cervical trans-parotid approach with preservation of facial nerve. The nerve was gently dissected from the deeper zone of the tumor and the tumour was then completely removed. There was no sign of invasion of surrounding soft tissues. Gross examination revealed a huge pink-tan smooth surfaced lobulated mass with irregular fungating appearance for an area extending for about 6 cm. (Fig -2) . Cut sections show pink-tan predominantly solid areas with wide necrotic zones. Solid areas showed glistening, shiny and pink-tan areas of soft to firm consistency. Areas suggestive of necrosis, hemorrhage and fibrosis are also noticed.
Patient has undergone PET scan of whole body & other biochemical investigations in relation his condition. He was referred to an oncologist for further chemo radiotherapy. Full course radiotherapy and chemotherapy was given successfully. He received six cycle chemotherapy and is doing well till date. Discussion CXPA is a rare, aggressive poorly understood malignancy that usually develop in a primary or recurrent PA. 4 The cancer usually takes the form of a adenocarcinoma or undifferentiated carcinoma, and often it virtually completely overgrows the preexisting pleomorphic adenoma. Numerous CXPA subtypes have been described in previous reports. 6, 7 It appears that SCC ex pleomorphic adenoma is rare as noted by Peel and Gnepp. 8 In differential diagnosis, it is important to distinguish SCC and squamous cell metaplasia. 9, 10 In the presence of keratin, SCC cells are immunoreactive for AE1/ AE3, whereas ductal epithelial-type cells are usually positive for both AE1/AE3 and CK7 and myoepithelial-type cells are focally positive. 11 In our case immunohistochemistry was not performed as sheets of anaplastic squamous cells showed unequivocal morphological features characteristic for invasive squamous cell carcinoma. To substantiate the diagnosis of carcinoma ex pleomorphic adenoma, recognizable traces of the latter must be found. Sometimes the origin can only be inferred from history. Histopathological features of CXPA are the capsular invasion, hemorrhage & necrosis alternating with areas presenting classical features of pleomorphic adenoma. 12 The tumors predominantly show epithelial component exhibiting malignant transformation as opposed to carcinosarcomas that have both epithelial and connective tissue malignant components. 13 Malignant transformation may follow a stepwise sequence manifested as follows. 5.14 1. Carcinoma in situ: The earliest phase where carcinoma cells replace the ductal luminal cells retaining an intact myoepithelial cell layer.
2. Intracapsular carcinoma: Development of stromal invasion by the tumor cells without violation of the capsule.
Invasive carcinoma: Extracapsular invasion.
In the present case, the lesion was present since 20 years and rapid growth was noticed past 1 year. It usually presents as a mass with a long evolution that shows a sudden increase in size. In 12-55% of cases this rapid enlargement may by accompanied by pain, facial nerve palsy and fixation to the surrounding soft tissue. Only a small numbers of patients may have tumors with rapid growth without any symptoms. 16 . But, using interpretation of cellular atypia, increased mitotic index and lack of encapsulization as prognostic predicator remains controversial. 3, 7 In most cases it is generalized as an imbalance between apoptosis and proliferation of transformed cells.
In addition to the grading, Ki 67, or other proliferation markers are useful prognostic indicators while P53 & Ecadherin appear to be of limited value. 17 Our case had significant extra capsular invasion and high histological grade with absence of any metastatic focus. The optimum point to define a category of invasive carcinoma ex pleomorphic adenoma with no or minimal metastatic potential is currently unsettled, but the different findings may reflect difficulties in making reproducible measurements. Also, detailed histopathological examination and application of appropriate biomarkers to PA should enable us discriminate lesions with high risk of malignant transformation from those with low risk.
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